Unique multimeric pattern of von Willebrand factor in a patient with a benign monoclonal gammopathy.
A 60-yr-old woman had had a bleeding disorder for the last 13 yr, with laboratory features of monoclonal gammopathy and von Willebrand's disease (vWD). There was no evidence of family vWD. She had a prolonged bleeding time, low levels of factor VIII/von Willebrand factor activities and decreased ristocetin-induced platelet agglutination. Platelet von Willebrand factor (vWF) was normal. Plasma vWF showed a unique multimeric pattern with absence of larger and intermediate multimers and a disproportionate increase of the fastest moving multimer with normal satellite bands, thus differing from previously described types of vWF. No evidence for inhibitor, non neutralizing antibody or proteolytic activity against vWF was found in her plasma or IgG fraction. DDAVP response was very poor. We suggest that this patient had a unique, probably acquired, vWD. Nevertheless the possibility of its being a new subtype of congenital vWD associated with an unrelated monoclonal gammopathy cannot be ruled out.